a ggressive angiomyxoma (aa) is a rare soft-tissue tumor that is typically found in the perineum of females of reproductive age.
1,2 Steeper and rosai 1 described this disease for the first time in 1983. Since that time hundreds of cases have been reported in the literature. Commonly, the tumor is misdiagnosed as a bartholin's cyst, abscess, or hernia because most patients complain of pain in the perineum, labia, or pelvis. 3 Surgical excision is the treatment of choice for aa; however, it has a high rate of recurrence. 4 because of its typical imaging appearance and high recurrence rate, cross-sectional imaging is important in the diagnosis and long-term follow-up of the disease. We report a case of aa in a 38-year-old woman with typical magnetic resonance imaging (mrI) features. We also present the typical radiological features of this disease based on a review of the literature.
C A S E R E P O RT
a 38-year-old healthy woman presented with a three-year history of a painless swelling on the left labia majora. The swelling was gradually increasing in size. There was no history of discharge. On physical examination, the patient was not pale or jaundiced, and the examination of head, neck, chest, and abdomen was unremarkable. local examination revealed a non-tender 4 × 8 cm swelling in the left labia majora. blood workup including tumor markers, and liver and renal function tests were unremarkable. The clinical diagnosis was bartholin's cyst.
The patient was evaluated with contrastenhanced mrI of the pelvis, using 3.0 Tesla scanner, which showed a large branching mass measuring 11 × 5.4 × 3.8 cm that was confined to the left perineal region with no evidence of invasion into adjacent structures. The lesion was isointense relative to muscle on the T1-weighted image and hyperintense on the T2-weighted image with a swirled appearance [ Figure 1 ]. The mass enhanced avidly after the administration of intravenous gadolinium contrast [ Figure 2 ]. The patient underwent surgery to remove the tumor. The histopathology results confirmed the diagnosis of aa.
D I S C U S S I O N
aa is a rare mesenchymal tumor that predominantly affects the perineum and pelvis of females of childbearing age, usually between the second and fourth decade of life. 1 The most common clinical presentation of aa is a vulvar or vaginal soft mass, which is usually mistaken as bartholin's duct cyst, lipoma, vulvar mass or vulvar abscess, Gardner's duct cyst, vaginal cyst, vaginal prolapse, or levator hernia. 3 aa is a benign tumor; however, because it is associated with a high rate of local recurrence after surgery, it is called aggressive. Up to 72% of cases recur locally two to four years after surgical excision. A B S T R AC T aggressive angiomyxoma (aa) is a rare mesenchymal tumor that usually occurs in the pelvis and perineum of young females. aa can simulate bartholin's gland cyst, abscess, lipoma, simple labial cyst, or other pelvic soft tissue tumors. Cross-sectional imaging, particularly magnetic resonance imaging (mrI), plays an essential role in the diagnosis and management of aa. We report a case of aa in a 38-year-old woman with typical mrI features. We also present the findings of a literature review on the radiological features of this disease.
The best management of aa is wide local excision of the tumor with a clear excision margin on histology in order to reduce the risk of recurrence. 5 On cross section imaging, the tumor is typically a well-defined mass, displacing rather than infiltrating adjacent organs (such as the urethra, vagina, anal sphincter, and rectum). 6 On CT, aa is hypodense relative to muscles with a layering or swirled pattern after contrast administration. 7 On mrI, owing to high water content and loose matrix, aa is isointense relative to muscle on T1-weighted imaging, hyperintense on T2-weighted imaging, and enhanced avidly after the administration of gadolinium indicating hypervascularity. enhancement of the fibrovascular stroma of the tumor results in the characteristic layered pattern or swirled appearance. This has been described in 83% of cases on T2-weighted mrI, or on T1-weighted mrI following contrast administration. 6, 8 Preoperative CT or mrI is very useful in assessing the extent of tumor, which is crucial in planning the surgical approach to remove the tumor completely and to reduce the recurrence rate.
The high recurrence rate makes mrI an ideal imaging modality for follow-up. 6 Our patient had a follow-up mrI after six months, which showed an enhancing lesion at the surgical site suggestive of tumor recurrence. The patient declined treatment with radiotherapy. She was started on hormonal treatment but was unable to tolerate the side effects and the treatment was stopped. The patient was followed-up with mrI of the pelvis every three months for one year, and then once annually. The size of the tumor remains unchanged.
C O N C LU S I O N
although aa is a rare tumor, it has characteristic imaging features of swirled or layered internal architectures on contrast CT and mrI. Preoperative diagnosis is possible if the radiologist is aware of this diagnosis and the characteristic CT and mrI features. Cross-sectional imaging is also important for determining the extent of the tumor in order to optimize the surgical approach and reduce the incidence of recurrence.
